© 2 0 2 0 I n d I a n J o u r n a l o f P a t h o l o g y a n d M I c r o b I o l o g y | P u b l I s h e d b y W o l t e r s K l u W e r -M e d K n o W ABSTRACT Bronchogenic cyst (BC) is a very rare congenital anomaly occurring due to budding of the primitive foregut, and its common location is the posterior mediastinum. BC when diagnosed prenatally can be treated if it is encroaching on the development of lungs. BC has been reported in other locations such as cervical, thoracic, abdominal sites and also as subcutaneous lesions. Omphalocele is a congenital malformation occurring due to a central defect in the abdominal wall with herniation of the viscera. The nonentity documented here was found in a female fetus with 20 weeks of gestational age. The mother was a primigravida who had antenatal ultrasound scan rendering diagnosis of a live fetus having abdominal wall defect with omphalocele. This case is exceptionally rare as the content of omphalocele was BC having a classical wall lined by pseudostratified ciliated columnar epithelium overlying band-like cartilage. The extensive search in the literature did not reveal another similar case.
INTRODUCTION
Omphalocele is a congenital malformation occurring due to a central defect in the abdominal wall with herniation of the viscera covered by the umbilical sheath. The incidence of omphalocele is 1 in 6000 births. [1] The etiology is unknown as most of these cases are sporadic and rarely hereditary. [2] Bronchogenic cyst (BC) is a rare developmental abnormality occurring due to budding of the primitive foregut between the third and sixth week of embryonic life, and the reported incidence is 1/42000. [3] Depending on the location of the budding, they are found in the cervical, thoracic, and abdominal locations. [4] The tracheobronchial tree is commonly affected, and BC presents as an extra pulmonary lesion mostly in the posterior mediastinum. It has been reported in other locations such as a thoracic cavity, in the neck, presternal, suprasternal, shoulder regions, and very rarely in the retroperitoneum. BC presenting as content of omphalocele in a baby documented here is the first of its kind, as extensive search in the literature did not reveal any similar case.
CASE REPORT
An unregistered case of a 22-year-old primigravida with a history of 20 weeks of gestation was admitted with labor pains in our hospital. As per the clinical history, she had got an ultrasound scan done twice, first at 10 weeks and the second in 18 weeks of gestation with an antenatal checkup. Scans reported a live fetus having an anterior abdominal wall defect in the umbilical region suggesting an omphalocele, and there were no other abnormalities or diaphragmatic defect. She was advised to undergo investigations to rule out genetic abnormalities; however, she had not yet done these tests. She had a spontaneous abortion; the baby was premature and did not survive. The baby had an omphalocele and was sent for an autopsy with the consent of the parents.
We received a dead female baby weighing 695 grams with crown-rump length measuring 18.0 cm. External examination revealed an anterior abdominal wall defect with an omphalocele in the umbilical region. On cutting open the herniated mass, a polypoidal structure was found within the omphalocele measuring 3.5 × 2.5 × 2.0 cm, encased in the umbilical sheath. The cut surface of this mass showed a closed cystic structure having a thick wall with a smooth glistening inner surface and thin mucoid material in the cavity [ Figure 1 ]. It had a stalk-like structure with blood vessels in loose connective tissue attached to the peritoneum. The baby had an imperforate anus, and there were no other abnormalities. Multiple bits were processed, and Haematoxylin and Eosin stained sections were studied.
Histopathologically, the cystic mass showed wall typically resembling that of tracheo-bronchial tissue having pseudostratified ciliated columnar epithelial (PCCE) lining overlying connective tissue and a band-like cartilage [ Figure 2 ]. Seromucinous glands in a loose connective tissue with a few smooth muscle cells were also seen. Multiple bits were studied, and no other types of tissues were seen. All the other organs, placenta and umbilical cord, were histologically normal for the gestational age.
DISCUSSION
The abdominal wall defects include omphalocele (exomphalos) and gastroschisis, having an international incidence of 1.5 -3/10000 births and 1/4000 -6000 births, respectively. The abdominal wall develops by the fusion of fourfolds, namely, cephalic fold forming the thoracic and the epigastric part, caudal fold developing into the perineum, bladder and hypogastric portion, and the side walls formed by two lateral abdominal folds. The umbilical ring is formed at the center after the two lateral folds meet in the 4 th week of embryonic life. Primitive gut increases in size by the 6 th week causing herniation through an umbilical ring and then undergoes rotation and reintegration by the 10 th week. The aetiology of abdominal wall defects, namely, "gastroschisis" and "omphalocele," is not well understood, and it is thought to be due to an interruption in the process of mesenchymal differentiation. [2] Omphalocele is usually associated with trisomy 13, 18, and 21 in up to 30% of cases, increased maternal age more than 30 years, and there is no association with the socioeconomic conditions. Low maternal age of less than 20 years and poor socioeconomic conditions along with the use of aspirin, ibuprofen, pseudoephedrine, and other drug intakes in the first trimester, abuse of alcohol, and tobacco smoking have been attributed in the causation of gastroschisis. [5] The parietal wall defect in omphalocele is central in a location with the diameter of the herniated viscera measuring from 2 cm to a large mass covering the entire abdominal surface. The viscera are covered by membranes comprising amniotic membrane, Wharton jelly, and peritoneum. Contents include small and large intestines, liver, stomach, and also spleen rarely. Gastroschisis is comparatively a smaller defect of 3 to 4 cm, paraumbilical in location, and commonly on the right side of the umbilical cord. Gastric foregut cystic developmental malformations lined by PCCE have been reported in adults as mass lesions in the wall of the stomach. [6] The first case of BC was described by Meyer et al. in 1859. BC was defined by the following criteria: the cyst wall lined by PCCE together with the presence of at least one of the following: cartilage, smooth muscle or seromucinous glands. [3] Intra-abdominal BCs probably arise from an abnormal budding of the primitive foregut with migration into the abdomen before the fusion of pleuroperitoneal membranes that separate the thoracic and abdominal cavities. [4] It has been proposed that all developmental anomalies including gastric duplication cyst lined by PCCE and BC without cartilage and glandular tissue should be grouped under the heading of "foregut cystic malformations," as they all share a common origin from the foregut and differ from each other in migration, location, and degree of differentiation. [7] CONCLUSION BC is a very rare congenital anomaly compared to an omphalocele, and it should be considered in the differential diagnosis of abdominal masses. As per the available literature, BC presenting as the content of omphalocele is a nonentity and needs documentation.
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